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Ospedale L.Sacco, v i a G.B.Grassi 74, 20157 Milano. Gonadal dysgenesis and Y-chromosome a b n o r m a l i t i e s . F i f t e e n s u b j e c t s w i t h chrolnosome mosaics were i n v e s t i g a t e d : i n t e n o f them a chromosome p a t t e r n 45,X/46,X,i dic(Yp1 was found. i n f o u r 45,X/46,X,i d i c ( Y q ) , i n one 45,X/46,X,Yq+.; t h e r a t i o of t h e two c e l l types v a r i e d between p a t i e n t s and between d i f f e r e n t t i s s u e s . The phenotype of p a t i e n t s ranged from female w i t h some Turner's syndrome stigmata, t o i n f a n t s w i t h ambiguous e x t e r n a l g e n i t a l i a , t o azospermic male. W s t p a t i e n t s presented s h o r t o r very s h o r t s t a t u r e . Laparatomy and h y s t o l o g i c s t u d i e s r e v e a l e d hypoplasic o r dyssenetic o r even normal t e s t e s and s t r e a k gonads v a r i o u s l y combined; f c u r p a t i e n t s were t e s t e d f o r H-Y a n t i g e n anc found t o be positive-reduced. No c o r r e l a t i o n was demonstrated be= tween c l i n i c a l d a t a and chromosomal p a t t e r n . Phenotypic f e a t u r e of mosaics w i t h s t r u c t u r a l l y abnormal Y-chromosomes a r e n o t dif; f e r e n t from f e a t u r e found i n A5.Xl46.XY p a t i e n t s : probably nc g e n e t i c a l l y a c t i v e p o r t i o n of Y i s l o s t . The d i f f e r e n t p r o p o r t i o n o f 45.X c e l l s i n v a r i o u s t i s s u e s p o s s i b l y has t h e g r e a t e s t i n f l u = ence on t h e phenotype o f these subjects. T h i s i n v e s t i g a t i o n was performed i n c o l l a b o r a t i o n w i t h t h e I n s t i = t u t e of General B i o l o g y and Genetics. U n i v e r s i t y of Pavia.
P.E.GAIPII=, P.M., a male aged 7.7 y r a r s p r r s e n t e d w i t h r a p i d growth s i n c e t h e age o f 5 years. H i s h e i g h t was 151.1 em, and weight 36.7 kg. There was no secondary sexual development. I n v e s t i g a t i o n showed enlargement of t h e p i t u i t a r y fossa, a s l i g h t l y advanced bonr a g q r l e v a t e d l e v e l s of plasma On (30-70 mUI1) w i t h no suppression a f t e r glucose. Plasma p r o l a c t i n was a l s o e l e v a t e d (2000 mUlU b u t p i t u i t a r y f u n c t i o n otherwise normal. Treatment w i t h B r o m o c r j p t in r (up t o 20 mglday) r e s u l t e d i n r a p i d suppression of p r o l a c t i n b u t l e s s r a p i d suppression on OH t o nrar-normal. Treatment was a s s o c i a t e d w i t h a f a l l i n growth r a t e from 9.0 cmlyear t o 5.6 cmlyear.
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E f f e c t of LH-RH t r e a t m e n t f o r c r y p t o r c h i d i m o n gonadotropine s e c r e t i o n .

Sixty-two c r y p t o r c h i d boys aged two to s i x y e a r s were s e l e c t e d a t randan e i t h e r f o r s u r g i c a l or f o r hormonal LH-RH t r e a t m e n t . A s a l l b i o p s i e s from boys o p e r a t e d upon showed t y p i c a l h i s t o l o g i c a l and u l t r as t r u c t u r a l s i g n s o f c r y p t o r c h i d i m
, it c a n be concluded that o n l y t r u e c r y p t o r c h i d p a t i e n t 6 were i n c l u d e d i n o u r s t u d y . LH-RH t r e a t m e n t was s u c c e s s f u l i n s i xt e e n (558) of t h i r t y -o n e boys. Median plasma 30' r e s p o n s e v a l u e s to LH-RH o f LH were i n i t i a l l y normal i n a l l boys. Those t r e a t e d e u c c e s s f u l l y , remained a l s o normal a f t e r t r e a t m e n t , whereas u n s u c c e s s f u l l y t r e a t e d p a t i e n t s had s i g n i f i c a n t l y lowar LH r e s p o n s e v a l u e s a t t h e end o f t h e 4 weeks LH-RH t r e a t m e n t .
FSH r e s p o n s e was n o t s t a t i s t i c a l l y d i f f e r e n t b e f o r e and a f t e r t r e a t m e n t .
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Kallman's syndrom w i t h h i g h s e t osmotic t h r e s h o l d (01) and d e f i c i e n t t h i r s t .
A p a t i e n t w i t h Kallman's syndrom i s presented, who had d e f i = c i e n t t h i r s t mechanism and h i g h s e t OT f o r vasopressin s e c r e t i o n . Random d e t e r m i n a t i o n s of plasma o s m o l r l i t y (Posm) r e v e a l e d h i g h values of 296-307 d s m l k g . The OT d e f i n e d by t h e isovolemic i n f u = s i o n o f h y p e r t o n i c s a l i n e , was 296dsmlkg. T h i s was s i g n i f i c a n t l y h i g h e r than t h e OT of 7 normal c o n t r o l s , 286.6~0.9 (MtSD). He had i n t a c t volume receptors. as s h m n by an a p p r o p r i a t e f a l l of free water clearance d u r i n g dehydration, from -0.3 t o -1.25lmin.
H i s pressor r e c e p t o r s were shown t o be i n t a c t by a normal response t o t h e hypotensive agent trimethaphane w i t h a f a l l of free water clearance from 1 0 t o 1 ml/min. and a r i s e of plasma AOH F r c m L l t o 26uUlml. I n d i f f e r e n c e t o t h i r s t was expressed a t plasma o s m = l a l i t y as h i g h as 301mOsm/kg. I t i s suggested t h a t d e f i c i e n t t h i r s t and h i g h s e t OT a r e a d d i t i o n a l m a n i f e s t a t i o n s of t h e hypo= thalamic involvement of Kallman's syndrom. 
